T he occurrence of a congenitally bicuspid aortic valve (BAV) in more than one family member has been described in several published reports (1) (2) (3) (4) (5) (6) (7) . Of the 47 family members in whom the BAV was confi rmed at the time of aortic valve replacement or at necropsy, the valve was stenotic in at least 27 of them, and none had associated aortic isthmic coarctation. In this report we describe two brothers with a congenitally BAV-stenotic in one and functionally normal in the other-and aortic coarctation in one of them (Figure) .
PATIENT DESCRIPTIONS Case 1
A 16-year-old white boy had been well until about a month before hospitalization when he had an episode of severe dizziness followed by progressive breathlessness. He was hospitalized for "pneumonia" but never had any microorganisms cultured from sputum. When the chest radiograph cleared, cardiac catheterization disclosed the following pressures in mm Hg: pulmonary artery wedge a wave 34, v 32, and mean 32; pulmonary trunk 55/38; right ventricle 57/29; left ventricle 133/36 and aorta 77/66, yielding a peak systolic pressure gradient of 56 mm Hg; and mean systolic gradient 39 mm Hg. Th e calculated aortic valve area was 0.6 cm 2 , and the cardiac output was 4.6 L/min/m 2 . A cardiac operation was performed, and he died 2 weeks later.
Case 2
Th is 21-year-old white man had been well until he was found dead in the bathroom at home, shortly after taking an amphetamine. He apparently never had evidence of cardiac dysfunction. Necropsy disclosed the pericardial sac to be fi lled with blood (550 mL). Th e ascending aorta had a 5-cm long tear without dissection with a through-and-through perforation. Th e ascending aorta was quite dilated. At the aortic isthmus (that portion of aorta just distal to the origin of the left subclavian artery), a severe coarctation was found. Th e aortic valve was congenitally bicuspid but the cusps were very pliable and noncalcifi ed. Th us, the aortic valve function was considered to have been normal. A fi brous, nonstenotic ring was located in the left ventricular outfl ow tract about 1 cm below the base of the aortic valve cusps. Th e mitral valve was normal. Th e left main coronary artery ostium was located about 1 cm cephalad to the sinotubular junction.
Congenitally bicuspid aortic valve in brothers: coarctation of the aorta with a normally functioning aortic valve in one and no coarctation but severe aortic stenosis in the other Saleha Zafar, MD, and William C. Roberts, MD Figure 1 . Diagram showing the cardiovascular features of each of the two patients. Both had congenitally bicuspid aortic valves. In case 1, the valve was severely stenotic, and there was no coarctation of the aorta. In case 2, the valve functioned normally, and there was a severe coarctation of the aorta. A indicates anterior aortic valve cusp; I, innominate artery; L, left; LCC, left common carotid; LMCA, left main coronary artery; LS, left subclavian; P, posterior aortic valve cusp; R, right aortic valve cusp; RCA, right coronary artery. 
DISCUSSION
Th e Table lists previously published reports (1-7) describing a BAV in more than one family member with study of the valve at either aortic valve replacement or at necropsy. In the 18 families, 47 members had a congenitally BAV: 11 families had 2 members, 5 families had 3 members, and 2 families had 5 members with a BAV. Of the involved family members, 3 were fathers, 8 were mothers, 20 were sons, 8 were daughters, and the remaining were siblings or other relatives. Of the 47 family members, 30 (64%) were male and 17 (36%) were female. Twenty-three family members had aortic valve replacement; their ages ranged from 16 to 93 years (mean 47). Sixteen family members had died, 9 after aortic valve replacement. In the 18 families, all with BAVs were male in 3 families, all were female in 1 family, and both males and females were represented in 14 families.
In addition to the studies where the bicuspid structure of the aortic valve was confi rmed morphologically, an echocardiographic study (8) described 11 families in whom 28 members had a BAV, 3 (11%) of whom had associated coarctation of the aorta. 
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